Background: Primary Progressive Apraxia of Speech (PPAOS) is a progressive and isolated motor speech disorder characterised by deficits in programming of movements required for speech production. Patients with PPAOS have traditionally been classified as agrammatic variant of Primary Progressive Aphasia (ag-PPA). However, a recent small case series of patients with Apraxia of Speech (AOS) reported a high incidence of subsequent development of extrapyramidal signs. We report 2 cases of atypical extrapyramidal syndromes who initially presented with AOS as the most prominent clinical manifestation.
Background: Primary Progressive Apraxia of Speech (PPAOS) is a progressive and isolated motor speech disorder characterised by deficits in programming of movements required for speech production. Patients with PPAOS have traditionally been classified as agrammatic variant of Primary Progressive Aphasia (ag-PPA). However, a recent small case series of patients with Apraxia of Speech (AOS) reported a high incidence of subsequent development of extrapyramidal signs. We report 2 cases of atypical extrapyramidal syndromes who initially presented with AOS as the most prominent clinical manifestation.
Methods: This was a retrospective case series. We reviewed the clinical notes, neuropsychological profiles, radiology reports and laboratory investigations of 2 patients who, over a 3 year period, presented to our centre with AOS as the predominant clinical feature at baseline and subsequently developed extrapyramidal signs. Results: Patients were aged 81 and 82 years old. 1 was male and 1 was female. Both patients presented with disproportionate apraxia of speech in the absence of frank agrammatism in spoken or written language and relative sparing of language comprehension and repetition, precluding the diagnosis of PPA. Both patients had evidence of secondary impaired verbal fluency and mild to moderate executive functioning deficits in the context of relative preservation of other cognitive domains in the initial stages. 1 patient developed classical features of Progressive Supranuclear Palsy and 1 patient developed an unclassified atypical extrapyramidal syndrome. The time from onset of speech difficulties to manifestation of extrapyramidal signs was 26 months and 53 months. Conclusion: Isolated apraxia of speech masquerading as a tauopathy later presenting with extrapyramidal features is relatively rare and sparsely described in the literature to date. We present the clinical, neuropsychological and radiological findings of 2 such cases.
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